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Her husband, the grandfather, had died at the age of fifty-seven from a stroke, but was said to be normal.
Of four maternal uncles one has 15-20 degrees hyperextension of the proximal interphalangeal joints.
The second is normal but has a son with a slight increase of skin elasticity, and hyperextension of all interphalangeal and metacarpo-phalangeal joints as well as 20 degrees of calcaneus of the feet. The third has had a splenectomy for acholuric jaundice with normal healing. He has poor movements in a symptomless lumbar scoliosis. The fourth has also had a splenectomy for acholuric jaundice.
The one maternal aunt is normal.
The patient's sister has 60 degrees hyperextension of the metacarpo-phalangeal joints, which is less marked in the interphalangeal joints. A cousin of the boy's mother has a son with thoracic scoliosis and bilateral Sprengel's shoulder, but he was not able to be examined.
His case notes show no other record of skin or joint abnormality. The boy's father, paternal grandparents and one surviving paternal uncle appear to be normal.
Examination-The
child was underdeveloped for his twelve years, being 3 feet 10 inches in height. He was myopic and stood with a fixed thoraco-lumbar kyphoscoliosis ( Fig. 1) with hypermobility of the spine above and below; he could rotate the cervical spine through 220 degrees and touch his seventh cervical vertebra with his occiput. The elbows and knees appeared fusiform, and the legs were bowed. Atrophy of the pectoral muscles has left a depression below each clavicle. There were numerous tissue-paper scars on the legs and forehead.
The skin felt velvety and was very elastic (Fig. 2) . The wrists and metacarpo-phalangeal joints were hypermobile (Fig. 3 ) and the shoulders abducted to 225 degrees (Fig. 4) . The elbows and hips showed slight restriction of movements but the knees, subtalar and interphalangeal joints were normal. 
Investigations-The

